We performed serum cytokines measurement, immunological tests by flow cytometry (FCM) and histopathological examination for a postoperative Fontan patient complicated with PLE following antecedent infection. A 6-years-old boy with asplenia had a atrioventricular septal defect with hypoplastic left ventricle and underwent a Fontan operation. The patient developed refractory PLE 2 years after surgery. The mean albumin level remained 2.0-2.5 g/dl. FCM analysis of the patient demonstrated lymphopenia and a marked decrease in the number of CD4 T lymphocytes, resulting in a low CD4/ CD8 ratio (0.14). Histopathological studies showed chronic inflammatory enteritis. The patient was treated with prednisolone and cyclosporine, and his edema was relieved as serum albumin rose to approximately 3.0 g/dl. His immune status also gradually improved. Immunological tests using FCM and a histopathological examination were essential in the decision on the treatment strategy and for monitoring of the treatment response among PLE patients after the Fontan operation, which was supposed to be associated with immune dysfunction.

